
ʿ̬о̦̐о̌̚ ̛ ̦̌̚че̛̦е ̦̌ 
ʥелод̬о̦̍̌т̌ ˈ̛пе̬то̛̦я п̛̬ 

̍елод̬о̛̦̍ ̌̍̚оля̛̦̏̌я 

ʻ. ˁтое̏̌, 
 о˃куд̌ ʥол̶̛̦̌ ˁо̴̛́ 



 ʻе е ̌̍̚ол̦́̏̌е, ̌ ̭̍о̬ от ̭̻̭то̛̦́́, ̵̬̌̌кте̛̛̛̬̬̺̌̚ ̭е ̭ 

по̛̹̏е̦о ˀʤˀ 

 ʪе̴̛̛̦̬̌ ̭е к̌то ̵̬о̸̛̦̦о по̛̹̏е̛̦е ̦̌ ŵPAP≥Ϯϱ ŵŵрg ̏ 

поко̜, у̭т̦̌о̏е̦о п̛̬ д̭̦́̌ ̭̻̬де̸̦̌ к̌тете̶̛̛̬̌́̚;ʪˁКͿ 

 ʯ̌д̻л̛̙тел̦о ̏од̛ до д̭̦́̌ ̭̻̬де̸̦̌ ̦едо̭т̌т̸̻̦о̭т ̛ ̭̥̻̬т 

 Че̭то п̻т̛ е ̦ед̛̦̌̐о̭т̶̛̛̬̦̌̌ до к̬̜̦̌о ̦̌п̬ед̦̌л̛ ̭т̌д̛̛ 

ʥелод̬о̦̍̌ ̵̛пе̬то̛̦́: Оп̬еделе̛̦е 

2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension, European Heart Journal,  October 21, 2015 



˃̛по̏е ̍елод̬о̦̍̌ ̵̛пе̬то̛̦́ 



ˁ̻д̛̻̬̙̦̌е 

• К̌к̏о ̦̌̚е̥ ̌̚  п̌то̐е̦е̌̚т̌ ̦̌ ̍елод̬о̦̍̌т̌ ̵̛пе̬то̛̦́ п̛̬ 
̵̬о̸̛̛̦̦ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

• Ко̛ ̭̌ о̭̦о̛̦̏те ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́, ̛̭̻̬̦̏̌̚ ̭ ʥˈ 

• К̌к ̭е ̭т̬̌т̴̶̛̛̛̬̌ те̙е̭тт̌ ̦̌ ʥˈ п̛̬ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 
̛ к̌к̏̌ е ̦е̜̦̌т̌ п̬о̦̐о̌̚ 

• Ко̛ ̭̌ о̭̦о̛̦̏те д̛̦̌̐о̭т̸̛̛̦ ̥етод̛ ̦̌ пул̥оло̐̌ ̌̚ о̶е̦к̌ 
̦̌ ̍елод̬о̦̍̌т̌ ̵̛пе̬то̛̦́ 

• К̌к̏о е ле̸е̛̦ето ̦̌ ʥˈ п̛̬ ̵̬о̸̛̛̦̦ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

 

 

 



ˁ̻д̛̻̬̙̦̌е 

• К̌к̏о ̦̌̚е̥ ̌̚  п̌то̐е̦е̌̚т̌ ̦̌ ̍елод̬о̦̍̌т̌ ̵̛пе̬то̛̦́ п̛̬ 
̵̬о̸̛̛̦̦ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

• Ко̛ ̭̌ о̭̦о̛̦̏те ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́, ̛̭̻̬̦̏̌̚ ̭ ʥˈ 

• К̌к ̭е ̭т̬̌т̴̶̛̛̛̬̌ те̙е̭тт̌ ̦̌ ʥˈ п̛̬ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 
̛ к̌к̏̌ е ̦е̜̦̌т̌ п̬о̦̐о̌̚ 

• Ко̛ ̭̌ о̭̦о̛̦̏те д̛̦̌̐о̭т̸̛̛̦ ̥етод̛ ̦̌ пул̥оло̐̌ ̌̚ о̶е̦к̌ 
̦̌ ̍елод̬о̦̍̌т̌ ̵̛пе̬то̛̦́ 

• К̌к̏о е ле̸е̛̦ето ̦̌ ʥˈ п̛̬ ̵̬о̸̛̛̦̦ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

 

 

 



ʤлеол̬̦̌̌т̌ ̵̛поќ̛̭ е ̥о̺е̦ ̭т̛̥ул ̌̚ 
̍елод̬о̦̍̌ ̏̌̚око̦̭т̛̬ќ̶̛ 

 ˈ̛пок̸̛̭̦̌т̌ ̏̌̚око̦̭т̛̬ќ̶̛ 

; ˈʦКͿ  е ̬е̴лек̭, у̛̦к̌ле̦ ̌̚ 

̍елод̬о̛̦̍те ̬̌те̛̛̬, ко̜то 

под̻̬̙̌ V/Q  ̭̻от̏ет̭т̛̏́ 

 ˈ̛поќ̛̭т̌ п̸̛̛̬̦́̏̌  

̵̛̛̛̦̬̦̍̌е ̦̌ е̦е̛̬̜̦̐о 

̛̛̛̭̥̌̏̚те К+ к̦̌̌л̛ ̛ 

̥е̥̬̦̦̍̌̌ депол̶̛̛̬̌̌́̚ ̭ 

̦̌̏л̛̦̌̚е ̦̌ ˁ̌++ . 
 



ʤлеол̬̦̌̌т̌ ̵̛поќ̛̭ ̭т̛̥ул̛̬̌ п̬о̶е̛̭ ̦̌ ̍елод̬о̦̍о 
̛ ̛̭̭те̥̦о ̻̏̚п̌ле̛̦е 

hypoxia signaling pathway 

HIF  hypoxia inducible factor 

NF-B nuclear factor κB 

XOR  xanthine oxidoreductase 

ROS  reactive oxygen species 

IL6 

 



ˁ̛̭те̥̦ото ̻̏̚п̌ле̛̦е, ̵̬̌̌кте̬̦о ̌̚ 
̍елод̬о̛̦̍те ̌̍̚ол̛̦́̏̌́ ̥о̙е д̌ 

п̸̛̛̬̦́̏̌ ʥˈ 



˃̀т̦̀о- 

пу̹е̦е 

Ок̛̭д̦̌т̛ 

ʦ̌̚око̦̭т̛̬кт̛̏е̦ 

̛ ̏̌̚оп̬ол̴̛е̬̌т̛- 

̏е̦ п̻т 

ˁ̻до̏о ̬е̥одел̛̬̦̌е ʫ̦дотел̦̌ д̴̛̭у̦ќ̶̛ 

ʥелод̬о̦̍̌ 
̵̛пе̬то̛̦́ 

ʦ̌̚о̬ел̌к̭̦̌т̛ 

ʤ̦т̛п̬ол̴̛е̬̌т̛̛̦̏ 

ʦ̌̚о̬ел̌к̭̦̌т̛ 

eNOS  п̻т 



˃̀т̦̀опу̹е̦е ʿ̬одукт̛ ̦̌ ̻̏̚п̌ле̛̦е 

ˁ̻до̏ е̦дотел 

1. ʫ̦дотел̦̌ д̴̛̭у̦ќ̶̛ 

ˈ̛поќ̛̭ ʦ̻̚п̌ле̛̦е 

2. ʧл̌дко̥у̭кул̦̌ п̬ол̴̛е̶̛̬̌́ 

3. ˀе̥одел̛̬̦̌е 

ʥелод̬о̦̍̌ ̵̛пе̬то̛̦́ 

PGI2S = prostacyclin synthase;  

eNOS = endothelial nitric oxide 

synthase 
 ET-1 = endothelin-1 

ˁт̬укту̛̬̦ п̬о̥е̛̦ ̏ ̍елод̬о̛̦̍те ̭ъдо̏е ̏ ̬е̚улт̌т ̦̌ ̵̛пок̛̭ят̌ ̛ 
̏ъ̚п̌ле̛̦ето 

 Chaouat, Pulmonary hypertension in COPD Eur Respir J 2008, 
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ʪоп̻л̛̦тел̛̦ п̸̛̛̛̬̦ ̌̚ ʥˈ п̛̬ 
̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

 ʥ˃ʫ 

 ˁ̻̬де̸е̦ ко̥о̛̍д̛тет 

 ʪе̭т̬укт̛̛̦̏ п̬о̥е̛̦ ̏ ̭̻до̏ете ̛ ̦̥̌̌ле̛̦е 

̦̌ ̍елод̬о̦̍ото ̭̻до̏о ̬у̭ло 

 Ко̥п̬е̛̛̭̦̏  е̴ект̛ от ̍елод̬о̛̦̍́ п̬̌е̵̛̦̥ 

̵̻̬̏у ̍елод̬о̦̍̌т̌ ̶̛̬кул̶̛̌́ 

 ʿо̛̦̙е̛̦е ̦̌ ̛̦т̬̌пле̬̏̌л̦ото ̦̌л̦́̐̌е, 

̌̚т̬уд̦е̦о п̻л̦е̦е ̦̌ д̭̦́̌т̌ к̥̌е̬̌ 

 



ˁ̻д̛̻̬̙̦̌е 

• К̌к̏о ̦̌̚е̥ ̌̚  п̌то̐е̦е̌̚т̌ ̦̌ ̍елод̬о̦̍̌т̌ ̵̛пе̬то̛̦́ п̛̬ 
̵̬о̸̛̛̦̦ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

• Ко̛ ̭̌ о̭̦о̛̦̏те ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́, ̛̭̻̬̦̏̌̚ ̭ ʥˈ 

• К̌к ̭е ̭т̬̌т̴̶̛̛̛̬̌ те̙е̭тт̌ ̦̌ ʥˈ п̛̬ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 
̛ к̌к̏̌ е ̦е̜̦̌т̌ п̬о̦̐о̌̚ 

• Ко̛ ̭̌ о̭̦о̛̦̏те д̛̦̌̐о̭т̸̛̛̦ ̥етод̛ ̦̌ пул̥оло̐̌ ̌̚ о̶е̦к̌ 
̦̌ ̍елод̬о̦̍̌т̌ ̵̛пе̬то̛̦́ 

• К̌к̏о е ле̸е̛̦ето ̦̌ ʥˈ п̛̬ ̵̬о̸̛̛̦̦ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

 

 

 



ʧ̬уп̌ ϯ: ʥелод̬о̦̍̌ ̵̛пе̬то̛̦́ п̛̬ 
̌̍̚ол̛̦́̏̌́ ̦̌ ̍ел̛́ д̬о̍  ̛/̛л̛ ̵̛поќ̛̭ 

 ˈ̬о̸̛̦̦̌ о̭̍т̬укт̛̦̏̌ ̍елод̬о̦̍̌ ̍оле̭т(ˈОʥʥͿ 
 ʰ̦те̬̭т̶̛̛̌л̛̦ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

 ʪ̬у̛̐ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ ̭ ко̛̛̥̦̬̦̍̌̌ п̌то̐е̦̌̌̚- 
о̭̍т̬укт̛̦̏о/̬е̭т̛̬кт̛̛̦̏ 

 ʥоле̭т̛,̛̭̻̬̦̏̌̚ ̭ ̦̬̌у̹е̛̦е ̦̌ д̛̹̦̌ето по ̬̏е̥е ̦̌ ̭̻̦ 

 ʥоле̭т̛, ̛̭̻̬̦̏̌̚ ̭ ̌л̏еол̬̦̌̌ ̵̛по̏е̦т̛л̶̛̌́ 

 ˈ̬о̸̛̦̦̌ ̛̭̏о̸̛̦̦̌ ̍оле̭т 

 ʪе̴ект̛ ̏ ̛̬̌̏̚т̛ето ̦̌ ̍ел̛́ д̬о̍ 

2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension, European Heart Journal,  October 21, 2015 



ˈОʥʥ 
 

 ʥˈ  ̭е у̭т̦̌о̏́̏́̏́ ̏ ϭϴ % от ˈОʥʥ п̶̛̌е̦т̛те, ̦о п̛̬ ϳϭ% е ̦̌л̶̛е ʥˈ 
п̛̬ у̛̭л̛е 

Karina Portillo, Pulmonary hemodynamic profile in chronic obstructive pulmonary disease, International Journal 

of COPD 2015:10 1313–1320 

 ˁпо̬ед ̬̌̚л̸̛̛̦ п̬оу̸̛̦̏̌́ п̛̬ ϯϲ% до ϱϬ% от п̶̛̌е̦т̛те ̭ ˈОʥʥ ̏  

3-4- т̛ ̭т̌д̛̜  по GOLD ̛̥ат БХ, дока̚а̦а ̭ ДСК 

 ˁпо̬ед докл̌д̛те ̦̌ GOLD  до ϵϬ% от ̍ол̛̦те ̏ IV- т̛ ̭т̌д̛̜ ̛̥̌т 
mPAP >20 mm Hg, к̌то по̏е̸ето ̭̌ ̭ д̛̌п̌̚о̦̌ 20- 35 mm Hg ̛ ̭̥̌о ϯ-

ϱ% ̛̥̌т mPAP >35 to 40 mm 



е˃̙к̌т̌ ̍елод̬о̦̍̌ ̵̛пе̬то̛̦́ ̦е е ̵̬̌̌кте̬̦̌ ̌̚ 
ˈОʥʥ 

ɋɪɟɞɧɨ ɊȺɊ(P̄pa) ɩɪи 998 ɩɚɰиɟɧɬи ɫ ХОȻȻ ɫ ɥɟɤɚ ɞɨ ɦɧɨɝɨ ɬɟɠɤɚ ɛɪɨɧɯиɚɥɧɚ 
ɨɛɫɬɪɭɤɰия.  

. 

Chaouat A, Bugnet AS, Kadaoui N, et al. Severe pulmonary hypertension and chronic obstructive pulmonary disease. Am J Respir Crit Care Med 2005 



ʿо̏е̸ето от п̶̛̌е̦т̛те ̭ ˈОʥʥ ̛ те̙к̌ ʥˈ ̛̥̌т 
доп̻л̛̦тел̦̌ п̸̛̛̬̦̌ ̌̚ то̏̌ ̭̻̭то̛̦́е 

•Ле̏ок̥̌е̬̦̌ ̍оле̭т 

•ʥелод̬о̦̍̌ е̥̍ол̛́ 

•ˁ̻̦̦̌ ̌п̦е́ ̛л̛ д̬у̐̌  ̍оле̭т ̦̌ д̛̹̦̌ето по 

̬̏е̥е ̦̌ ̭̻̦ ̛ д̬. 

 



ИТЧ, Кл̸̛̛̦е̦ ̭лу̸̜̌ 
̥̻̙ ̦а 47̐од̛̛̦ ̭ д̛̦̐о̭т̶̛̛̬а̦а ХОББ ̛ п̬о̬̐е̛̭̬а̺ 

̚аду̵ от ̐од̛̛̦, 47 ̐од̛̛̦ 

ˇʰʪ:  
• ʦК- 1,00-22% 

• ˇʫОϭ-0,71-19% 

• ˃̛ ̴̦о-39,2% 

Кʧʤ (̦а ат̥о̴̭е̬е̦ въ̚ду̵) 

• pCO2-60mmHg 

• pO2 39 mmHg 

• SatO2-72% 

• ʫ̵оК:  

• п̬̌̌док̭̌л̦̌ к̛̦ет̛к̌ ̦̌ ʺК 

• ʪК- ϱϬ̥̥ ̵̏оде̦ т̬̌кт 

• ˃̬ ̛к. ʰ̦̭у̴.-ІІ-ІІІ̭т 

• ˀʤˀ-̛̭̭тол̦о ~90 mmHg 





M. Khalid Mojadidi; Scott Roberts; Ronald Zolty THE EFFECT OF INCREASED SEVERITY OF PULMONARY HYPERTENSION ON MORTALITY OF PATIENTS WITH CO-EXISTING CHRONIC 

OBSTRUCTIVE PULMONARY DISEASE, Am Coll Cardiol. 2013;61(10_S) 

J 

ʫд̦о̐од̛̹̦̌ ̭̥̻̬т̦о̭т ̦̌ п̶̛̌е̦т̛ ̭ ˈОʥʥ ̛ 
ʥелод̬о̦̍̌ ̵̛пе̬то̛̦́ 

ϯϬϵϲ п̶̛̌е̦т̛ ̭ ˈОʥʥ, ̍е̚ 
ЛК д̴̛̭у̦ќ̶̛, ˇʰ>50% .  

ʰ̥̚е̬̦̏̌ пок̌̌̚тел PAPs 

1)ʧ̬ уп̌ A: ˈОʥʥ ̍е̚ ʥˈ 
(PAPs< 35 mmHg) 

2)ʧ̬ уп̌ B: ˈОʥʥ ̭ лек̌ 
ʥˈ(PAPs- 35-50 mmHg) 

3)ʧ̬ уп̌ C: ˈОʥʥ ̭ у̥е̬е̦̌ 
ʥˈ (PAPs 50-65 mmHg) 

4)ʧ̬ уп̌ D: ˈОʥʥ ̭ ̛̭̏око- 
̭тепе̦̌ ʥˈ (PAPs > 65 
mmHg) 

 



ʰд̛оп̌т̸̛̦̌ ̍елод̬о̦̍̌ ̴̛̬̍о̌̚; ʰʥˇͿ 

 10.7 / 100,000  ̐од̛̹̦о ̌̚  ̥̻̙е * 

 7.4/100,000 ̐од̛̹̦о ̌̚  ̙е̛̦ * 

 

 От ϭϵϵϭ до ϮϬϬϯ ̸е̭тот̌т̌ ̦̬̭̌̌т̏̌ ~ϭϭ% ̐од̛̹̦о  

 ~50- ϲϬ% от ̸̛̭̏к̛ ̛д̛оп̌т̸̛̛̦ ̛̦те̬̭т̶̛̛̌л̛̦ 

̍оле̭т̛ 

 

Gribbin J, Hubbard RB, Le Jeune I, Smith CJ, West J, Tata LJ.Incidence and mortality of idiopathic pulmonary fibrosis and sarcoidosis 

in the UK. Thorax 2006 

*Coultas DB, Zumwalt RE, Black WC, Sobonya RE. The epidemiologyof interstitial lung diseases. Am J Respir Crit Care Med 1994 



Кл̸̛̛̦̦̌ к̬̌т̛̦̌ 

 ʿ̬о̬̐е̛̭̬̺̌ ̌̚ду̵ ̛ ̸̛̥̻тел̦̌ к̹̌л̶̛̌ 

 К̶̛̛̬̜̦̌- ̛̬̦̦̍̌̌̍̌ п̬̻̭т̛ 

 ʥелод̬о̛̦̍ ̵̦̌одк̛ : ʪ̛̭п̦е́, ̶̛̦̌о̌̚, ʪ̏у̭т̛̬̦̦̌ 

̍̌̌̚л̛̦ к̬еп̛т̶̛̛̌  

 ˁ̻̬де̸̛̦ ̵̦̌одк̛ : ̛̭̥пто̛̥ ̦̌ ʥелод̬о̦̍̌ 

̵̛пе̬то̛̦́ ̛ д̭̦́̌ ˁʻ  



HRCT- п̛̻̬̏ ет̌п от д̛̦̌̐о̭т̸̛е̛̦́ 
̌л̐о̛̬т̻̥ 

ˁ̛̐у̬̦̌ 

1.  ˀет̛кул̛̬̦̌ п̬о̥е̛̦ ̭̻̭ 
ˁу̍пле̬̏̌л̦̌ ̛ ̍̌̌̚л̦̌ 
п̬ед̛леќ̶̛   

2. ʿ̬о̥е̛̦ т̛п „п̸ел̦̌ п̛т̌“ ̭ ̛л̛ 
̍е̚ т̬̌к̶̛о̛̦̦ ̬̍о̵̛̦ект̛̛̌̚ 

3. Л̛п̭̌ ̦̌ п̬о̥е̛̦, ко̛то ̦е 
от̐о̬̏̌́т ̦̌ UIP 

ʦе̬о́т̦̌ 

• ʻ̌л̸̛̛е ̦̌ ϭ ̛ ϯ, ̍е̚ Ϯ 

 



 



ˈ̛̭топ̌толо̸̛̛̦̐ еле̥е̦т̛ ̦̌ UIP 
 

ˈете̬о̐е̛̦̦ о̍л̭̌т̛  ̦̌ ̴̛̬̍о̌̚ ̭̻̭ 
̭̬̻̏п̬одуќ̶̛ ̛ ̍е̬̌̍̚̚о̬̦о отл̦̌̐̌е ̦̌ 
кол̌̐е̦ ̏ ек̭т̶̬̌елул̛̬̦̌́ ̥̌т̛̬к̭ 

 Honeycombing ̏ ̭у̍пле̬̏̌л̛̦те о̍л̭̌т̛. 
К̛̭т̸̛̛̦те ̚о̛̦ ̭̌ т̌п̶̛̛̛̬̦̌ ̭ ̬̍о̵̛̦̌ле̦ еп̛тел  

ʺ̛̛̦̥̌л̦о ̛̦те̬̭т̶̛̛̌л̦о ̻̏̚п̌ле̛̦е 
(п̸̛̻̬̦̏о п̬ол̴̛е̬̌т̛̏е̦ п̬о̶е̭ ). 



ʿ̸̛̛̛̬̦ ̌̚ ̭̥̻̬т 

IPF 
[N=543] 

1-7 ɝɨɞɢɲɧɨ ɩɪɨɫɥɟɞяɜɚɧɟ 

60% ɭɦɢɪɚɬ 
[N=326] 

Ⱦɢɯɚɬɟɥɧɚ  
ɧɟɞɨɫɬɚɬъɱɧɨɫɬ 

39% 

Ȼɟɥ.ɪɚɤ 
10% 

ȻɌȿ 
3% 

Ȼɟɥ. 
ɢɧɮɟɤɰɢɢ 

3% 

ɋъɪɞɟɱɧɨ- 
ɋъɞɨɜɢ  

27% 

ɞɪɭɝɢ 
18% 

Panos RJ et al. Am J Med. 1990;88:396. 



ʥˈ п̛̬ ʰʥˇ 
 

 32% to 60% от ̍ол̛̦те ̭ ʰʿˇ* 

 ˁ̻до̏о ̬е̥доел̛̬̦̌е ̭ ко̥плек̭̦̌ 
п̌то̐е̦е̌̚ 

 ʪ̛̭̬е̐ул̶̛̌́ ̦̌ VEGF ̛ PEDF 

 ˁл̌̍̌ ко̬ел̶̛̌́ ̥е̙ду ̭тепе̦т̌ ̦̌ 
ʥˈ ̛ ̏е̦т̛л̌то̛̬̦те ̦̬̌у̹е̛̦́ 

 ʻ̜̌- ̸̛̦̥̌̌̚ ко̬ел̶̛̌́ ̦̌ ʥˈ ̭ 
DLCOSB 

 

*Smith J, Gorbett D, Pulmonary hypertension and idiopathic pulmonary fibrosis: a dastardly duo. Am J Med,  2013. 

 Adolfo Villar, Prevalence of Pulmonary Arterial Hypertension (PAH) in Patients With Idiopathic Pulmonary Fibrosis (IPF) 

 Chest. 2014 



ʥˈ ̛̭л̦о ̏ло̹̌̏̌ п̬е̛̙̏́е̥о̭тт̌ п̛̬ 
̍ол̛̦те ̭ ʰʥˇ 

Сhristopher J. Lettieri, Prevalence and Outcomes of Pulmonary Arterial Hypertension in Advanced Idiopathic Pulmonary Fibrosis, CHEST 2006; 129:746–752 
 



Кл̸̛̛̦е̦ ̭лу̸̜̌ 

 ʺ̻̙ ̦̌  ϱϭ ̐од, пу̸̹̌ 
до ̥о̥е̦т̌ ̦̌ 
д̛̦̌̐о̌̚т̌, ̵̬̌̌̚е̦ 
д̛̌̍ет- ̦̌ д̛ет̌  

 Опл̌к̛̦̏̌́ от ̛̭л̦̌ 
„̌̚ду̹л̛̏̌“ к̹̌л̶̛̌ 
от Ϯ-ϯ ̭ед̶̛̛̥ 



Кл̸̛̛̦е̦ ̭лу̸̜̌ 



ˁп̛̬о̥ет̛̬́ :  

 ʦК- Ϯ,ϱϰ л  53%;  

 ˇʫО1- Ϯ,ϭϳл 56%; 

  ˃̴̛̦о   85% 

 

ʫ̵ок̐ 

 ʪК - ̍е̚ д̛л̌т̶̛̌́  

 ̭те̦̌ ϴ ̥̥  

 ˃ʤʿˁʫ - Ϯϲ ̥̥ , 

̛̛̥̦̥̌л̦̌ ˃ʰ  

 ˁʻʪК - 28 ̥̥ʻ̐  

  ̍е̚ д̛̦̦̌ ̌̚ ʪК 

д̴̛̭у̦ќ̶̛ 

 

К̬̻̦̏о-̐̌̚о̏ ̦̌̌л̛̚ 

ph 7.45 

pCO2 31.0 

pO2 50.0 

HCO3 21.5 

O2Sat 87.0 

ˇу̦к̶̛о̦̌л̦̌ ̛ ʫ̵оК о̶е̦к̌  



п̬ед̛ т̬̦̭̌пл̦̌т̶̛̌ят̌ 
ϭ ̐од̛̦̌ ̭лед д̛̦̌̐о̌̚т̌ 



1 ̐од̛̦̌ ̭лед  д̛̦̌̐о̌̚т̌ 



ϭ ̐од̛̦̌ ̭лед д̛̦̌̐о̌̚т̌ 

К̬̻̦̏о-̐̌̚о̏ ̦̌̌л̛̚   

ph 7.41 

pCO2 32.0 

pO2 30.0 

HCO3 20.3 

O2Sat 58.0 

ˁп̛̬о̥ет̛̬́ 

ˇʦК-ϭ,ϴϲ  л                38%  

ˇʫОϭ- ϭ,ϲϮл               42%  

ˇʫОϭ/ˇʦК              87% 

DLCOcSB 

2,04 mmol/min/kp) 19,1% 

ʫ̵ок̐   

 

 D ̴о̬̥̌ ̦̌ ЛК,  

 ˇʰ - ϳϯ%, ̍е̚ ЛК д̴̛̭у̦ќ̶̛ 

 ʪК - ϱϯ̥̥, ̭те̦̌ ϭϬ ̥̥  

 ˃ʤʿˁʫ - ϭϳ ̥̥ ;  

 ˀʤˀs - 63mmHg,   

 ʪК д̴̛̭у̦ќ̶̛, ʺ̛̦. ˃ʰ  

 ʦʤ ̏ ̵̛̚. т̬̌кт ̦̌ ʪК - ϲϳ̥̭,  

 W ̴о̬̥̌ ̦̌ пул̥. к̬-ток 

 



ʪ̭̦́̌ ̭̻̬де̸̦̌ к̌тете̶̛̛̬̌́̚ 

• Ко̬о̛̦̬̦̌ ̬̌те̛̛̬ ̍е̚ ̴̛̛̛̭̦̐к̦̌т̛ ле̛̛̚.  

• ʥелод̬о̦̍̌ ̵̛пе̬то̛̦́ ̭ ̦̌л̦́̐̌е 60/40, ̦епо̏л̛̺̌̏̌о ̭е 

̭̻̺е̭т̏е̦о ̭лед к̛̭ло̬од̦̌ п̬о̍̌.  

 



Ко̛̛̥̦̬̦̍̌̌  ̍елод̬о̦̍̌ ̴̛̬̍о̌̚ ̛ 
е̴̛̥̚е̥; CPFE) 

• ˀ̌̚л̸̛̦̌ ̦о̚оло̸̛̦̐̌ ед̶̛̛̦̌. 
• Че̭тот̌ 21.5 / 1,000  ̏ о̺̍̌т̌ 

попул̶̛̌́ 
 

• ˈ̬̌̌кте̛̬̭т̛к̛:  
ϭϬϬ% п̛̬ пу̸̛̹̌ 

ˁ̛л̦о до̛̛̥̦̬̦̌е ̦̌ ̥̻̙ќ̛ 
пол 

те̙к̌ д̛̭п̦е́ 

ʦ̵̻̬о̏ е̴̛̥̚е̥ ̭ ̍̌̌̚л̦̌ 
̴̛̬̍о̌̚ 

• ˄̥е̬е̦̌ ̛ те̙к̌ ʥˈ ̏ 30- 50% от 
̭лу̸̛̌те до 66% 

• Леко до у̥е̬е̦о ̦̬̌у̹е̛̦е ̦̌ 
̍елод̬о̛̦̍те о̍е̛̥ 

• е˃̙ко ̦̬̌у̹е̦ д̴̛у̛̚о̦е̦ 
к̌п̶̛̌тет DLCO 

• Ло̹̌ п̬о̦̐о̌̚ 

 

Cottin V, Nunes H, Brillet P-Y, et al. Groupe d’йtude et de ReĐherĐhe sur les Maladies OrpheliŶes PulŵoŶaires ;GйRM O PͿ CoŵďiŶed pulmonary fibrosis and emphysema: a distinct 

underrecognised entity. Eur Respir J. 2005 





CPFE ̛̥̌ по- ло̹̌ п̬о̦̐о̌̚ от ʰʥˇ 

Mayra Mejía, Idiopathic Pulmonary Fibrosis and Emphysema:Decreased Survival Associated With Severe Pulmonary Arterial Hypertension, Chest. 2009;136(1): 



 О̭̦о̦̏̌т̌ п̸̛̛̬̦̌ ̌̚ по- ло̹̌т̌ п̬о̦̐о̌̚  п̛̬ 
CPFE е  ̍елод̬о̦̍̌т̌ ̵̛пе̬то̛̦́ 

ˁ̬ед̦̌т̌ PAPS  п̛̬ CPFE  е 82 ± 20 mm Hg   

п̛̬ ʰʥˇ   57 ± 15 mm Hg; ̬ < 0.0001 

PAPS ≥ ϳϱ ŵŵ рg е ̭̻̬̦̏̌̚о ̭ ло̹̌ п̬о̦̐о̌̚ (HR, 2.25; p 

= 0.022) 



ʧ̬̦̌уло̥̌то̛̦̚  п̬̌е̵̛̛̦̥̦ ̌̍̚ол̛̦́̏̌́ ̛ ʥˈ 

ˁ̬̌ко̛до̌̚ 

 ʥˈ е ̬едко у̭ло̙̦е̛̦е ~6  % 

О̭̦о̦̏о п̛̬ п̶̛̌е̦т̛ ̏ 3-т̛ ̛ 4-т̛ 
̭т̌д̛̜;до 71%) 

ʿ̌то̐е̦е̌̚:  

ˇ̛̬̍от̸̛̦̌ де̭т̬уќ̶̛ ̦̌ к̌п̛л̬̦́̌тт̌ 
̍елод̬о̦̍̌ ̥̬е̙̌ 

Ко̥п̬е̛̭́ ̦̌ ̍елод̬о̛̦̍ ̭̻до̏е от 
̵̛лу̛̭̦ л. ̻̏̚л̛ 

ʧ̬ ̦̌уло̥̌то̚е̦ ̭̏̌кул̛т 

ˁ̻до̏̌ ̏̌̚око̭т̛̬ќ̶̛ ̛ ̬е̥одел̛̬̦̌е 
от ̻̏̚п̌л̛тел̛̦ ̥ед̛̌то̛̬ 

ʥˈ п̛̬ ̭̬̌ко̛до̌̚ е ̭̻̦̏̌̌̚ ̭ ло̹̌ 
п̬о̦̐о̌̚ 

 
 

Nunes H, Humbert M, Capron F, et al. Pulmonary hypertension associated with sarcoidosis: mechanisms, haemodynamics and prognosis. Thorax 2006; 61: 68–74 



ˀедк̛ ̌̍̚ол̛̦́̏̌́ 

ʥелод̬о̦̍̌  Л̦̌̐е̵̬̦̭̌о̏̌ 
̵̛̭т̛о̶̛то̌̚(PLCH) 

Л̴̛̛̥̦̌̐оле̜о̛̥о̥̌то̌̚; ЛʤʺͿ 



ʥелод̬о̛̦̍ ̦̌пу̹е̛̦́ по ̬̏е̥е ̦̌ ̭̻̦ ̛ ʥˈ 

 о˃̸̦̌т̌ ̸е̭тот̌ ̦̌ ʥˈ п̛̬ Оˁʤ ̦е е ̛̏̚е̭т̦̌.  

ʪ̛̦̦̌те ̛̬̬̏̌̌т от 17 до 52% 

Dimitar Sajkov, Bliegh Mupunga, Pulmonary Hypertension in Chronic Lung Diseases and/or Hypoxia, 2013, е-book, 

http://dx.doi.org/10.5772/55681  
 
 



ʥ̬о̵̛̦ект̛̛̌̚, к̛̭т̸̛̦̌ ̴̛̬̍о̌̚ ̛ ʥˈ 

ʿ̬оу̸̦̏̌е ̵̻̬̏у ϵϰ п̶̛̌е̦т̛ ̭ ̬̍о̵̛̦ект̛̛̌̚ 

• PAPs ≥ ϰϬmmHg – п̛̬ ϯϮ,ϵ% 

• PAPs ≥ 70mmHg- п̛̬ ϭϵ,ϯ% 

 

К̛̭т̸̛̛̦те ̬̍о̵̛̦ект̛̛̌̚ ̌̚ ̛̭̻̬̦̏̌̚ ̥̦о̐о по- ̸е̭то ̛ ̭ по- 
те̙к̌ ʥˈ 

Abdulaziz H. Alzeer, Right and Left Ventricular Function and Pulmonary Artery Pressure in Patients With Bronchiectasis, CHEST 2008; 133:468 –473 



ǩȍȓȖȌȘȖȉȕȐ 
ȒȖȕșȖȓȐȌȈȞȐȐ Ȑ 

ȈȚȍȓȍȒȚȈȏȐ 

ǨȕȈȚȖȔȐȟȕȖ-

ȗȖȌȖȉȕȐ 
ȠъȕȚȖȊȍ 

 ȈȕȈȚȖȔȐȟȕȖ-ȗȖȌȖȉȕȐȚȍ 
ȠъȕȚȖȊȍ 

ȉȘȖȕȝȐȍȒȚȈȏȐȐ Аɧаɬɨɦиɱеɧ 
ɲъɧɬ↑ 

Оɬваɪяɧе ɧа  A-

Vɲъɧɬɨве↑ 

Иɫɬиɧɫки 
ɲъɧɬ↑ 

 

 

 

ДихаȚȍлȕа 

 ȕȍȌȖșȚаȚъчȕȖșȚ 

 

ȈȕȈȚȖȔȐȟȕȐȚȍ ȠъȕȚȖȊȍ 



ˁ̻д̛̻̬̙̦̌е 

• К̌к̏о ̦̌̚е̥ ̌̚  п̌то̐е̦е̌̚т̌ ̦̌ ̍елод̬о̦̍̌т̌ ̵̛пе̬то̛̦́ п̛̬ 
̵̬о̸̛̛̦̦ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

• Ко̛ ̭̌ о̭̦о̛̦̏те ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́, ̛̭̻̬̦̏̌̚ ̭ ʥˈ 

• К̌к ̭е ̭т̬̌т̴̶̛̛̛̬̌ те̙е̭тт̌ ̦̌ ʥˈ п̛̬ ̍елод̬о̛̦̍ 
̌̍̚ол̛̦́̏̌́ ̛ к̌к̏̌ е ̦е̜̦̌т̌ п̬о̦̐о̌̚ 

• Ко̛ ̭̌ о̭̦о̛̦̏те д̛̦̌̐о̭т̸̛̛̦ ̥етод̛ ̦̌ пул̥оло̐̌ ̌̚ о̶е̦к̌ 
̦̌ ̍елод̬о̦̍̌т̌ ̵̛пе̬то̛̦́ 

• К̌к̏о е ле̸е̛̦ето ̦̌ ʥˈ п̛̬ ̵̬о̸̛̛̦̦ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

 

 

 



ˈе̥од̸̛̛̦̥̦̌̌ кл̴̛̛̭̌к̶̛̌́ ̦̌ ̍елод̬о̦̍̌т̌ 
̵̛пе̬то̛̦́, д̻л̙̺̌̌ ̭е ̦̌ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary hypertension, European Heart Journal,  October 21, 2015 

ʯ̌̍ол̛̦́̏̌́ ˈе̥од̛̛̦̥̌к̌ от ʪˁК 

ˈОʥʥ/ʰʥˇ/ʰʥˇʫ ̍е̚ ʥˈ PAPm< 25mmHg 

ˈОʥʥ/ʰʥˇ/ʰʥˇʫ  ̭  ʥˈ PAPŵ≥Ϯϱŵŵрg 

ˈОʥʥ/ʰʥˇ/ʰʥˇʫ  ̭ те̙к̌ ʥˈ 

 

PAPm>35mmHg ̛л̛ 

PAPm≥ Ϯϱ ŵŵрg п̛̬  
CI< 2,5L/min 



1-̏̌ ̐од̛̦̌ 2-̬̌ ̐од̛̦̌ 3-т̌ ̐од̛̦̌ 

ʰʥʤˈ 93,0% 84,1% 73,1% 

ʥˈ-ˈОʥʥ 87,5% 76,9% 60,9% 

ʥˈ- ʰʥˇ 78,9% 59,2% 38,8% 

ʿ̶̛̌е̦т̛те ̭ ʥˈ, д̻л̙̺̌̌ ̭е ̦̌ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́  
̛̥̌т по- ло̹̌ п̬о̦̐о̌̚ от ʰʥʤˈ 

(COMPERA study)  



Ку̥ул̌т̛̦̏̌ п̬е̛̙̏́е̥о̭т п̛̬ ˈ̬о̸̛̛̦̦ ̍елод̬о̛̦̍ 
̌̍̚ол̛̦́̏̌́ 

J Hurdman, R A Condliffe, C A Elliot, I Sabroe, D G Kiely, Pulmonary Hypertension (PH) associated with lung disease/ hypoxia; Thorax 2010 



ˁ̻д̛̻̬̙̦̌е 

• К̌к̏о ̦̌̚е̥ ̌̚  п̌то̐е̦е̌̚т̌ ̦̌ ̍елод̬о̦̍̌т̌ ̵̛пе̬то̛̦́ п̛̬ 
̵̬о̸̛̛̦̦ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

• Ко̛ ̭̌ о̭̦о̛̦̏те ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́, ̛̭̻̬̦̏̌̚ ̭ ʥˈ 

• К̌к ̭е ̭т̬̌т̴̶̛̛̛̬̌ те̙е̭тт̌ ̦̌ ʥˈ п̛̬ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 
̛ к̌к̏̌ е ̦е̜̦̌т̌ п̬о̦̐о̌̚ 

• Ко̛ ̭̌ о̭̦о̛̦̏те д̛̦̌̐о̭т̸̛̛̦ ̥етод̛ ̦̌ пул̥оло̐̌ ̌̚ о̶е̦к̌ 
̦̌ ̍елод̬о̦̍̌т̌ ̵̛пе̬то̛̦́ 

• К̌к̏о е ле̸е̛̦ето ̦̌ ʥˈ п̛̬ ̵̬о̸̛̛̦̦ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

 

 

 





ˀе̦т̐е̦о̴̛̬̐̌́ ̦̌ ̍́л д̬о̍ 
 

ʥ̛̭̦̌̌̚ п̛̬ о̶е̦к̌ ̦̌ ʥˈ, ̭̻̬̦̏̌̌̚ ̭ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

ʿодпо̥̌̐̌ д̛̦̌̐о̌̚т̌ ̛ п̛̬ д̬у̛̐те ̴о̛̬̥ ̦̌ ʥˈ 

• ʦ ̥о̥е̦т̌ ̦̌ д̛̦̌̐о̌̚т̌ ϵϬ% от п̶̛̌е̦т̛те ̭ ʰʥʤˈ ̛̥̌т ̦̌̍о̬̥̦̌ 

̬е̦т̐е̦о̴̛̬̐̌́ 

• ʪ̛л̌т̛̛̬̦̌ ̶е̦т̬̌л̛̦ ̭̻до̏е, ко̦т̬̭̌т̛̛̬̺̌ ̭ 

• ʥеде̦ пе̴̛̬е̬е̦ ̭̻до̏ ̛̬̭у̦̻к 

• ˀ̛̹̬̌̚е̛̦ д̭̦́о п̬ед̭̻̬д̛е ̛ к̥̌е̬̌ 

Rich S, Dantzker and al. Primary pulmonary hypertension: a national prospective study. Ann Intern Med 1987;107:216–223. 



ʦ̛̭око̸̛̛̬̬̦̌̐̌̚тел̦̌ ко̥п̀т̻̬̦̌ то̥о̴̛̬̐̌́ ̛ 
ко̥п̀т̻̬-то̥о̴̬̭̐̌к̌ пул̥о̛̦̌̐о̴̛̬̐̌́ 

 О̶е̦к̌ ̦̌ ̍елод̬о̛̦̍́ п̬̌е̵̛̦̥ 

 О̶е̦к̌ ̦̌ ̍елод̬о̦̍̌т̌ ̶̛̬кул̶̛̌́ 

 О̶е̦к̌ ̦̌ ̶̭̻̬ето ̛ ̏ ̸̭̌т̦о̭т д̭̦́̌т̌ к̥̌е̬̌ 

 О̶е̦к̌ ̦̌ ̍елод̬о̦̍̌т̌ пе̴̬у̛́̚-Dual-Energy Computer 

tomography( DECT) 



V/Q ̶̛̭̦т̴̛̛̬̐̌́ 

• ˁк̛̛̬̦̬̺̌ ̥етод, ̦̭̌о̸е̦ к̻̥ т̻̬̭е̦е ̦̌ ̵̬о̸̛̦̦̌ 

т̬о̥̍е̥̍ол̸̛̦̌ ̍елод̬о̦̍̌ ̵̛пе̬то̛̦́ 
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Оɛɫɬɪɭɤɬɢɜɧɢ 
ɡɚɛɨɥяɜɚɧɢя 

Реɫɬɪɢɤɬɢɜɧɢ 
ɡɚɛɨɥяɜɚɧɢя 

Ⱦɢɮɭɡɧɢ 
ɢɧɬɟɪɫɬɢɰɢɚɥɧɢ 

ɡɚɛɨɥяɜɚɧɢя 

 ȼɟɧɬɢɥɚɬɨɪɧɨ/ 
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Оɛɫɬɪɭɤɬɢɜɧɢ 
ɡɚɛɨɥяɜɚɧɢя 

Ɋɟɫɬɪɢɤɬɢɜɧɢ 
ɡɚɛɨɥяɜɚɧɢя 



 К̛̬̻̦̏те ̐̌̚о̏е подпо̥̌̐̌т  д̛̦̌̐о̭т̛к̌т̌ ̦̌ д̬у̛̐те ̴о̛̬̥ ̦̌ 
ʥˈ 

ˈ̛̭то̬̥̐̌̌т̌ пок̌̏̌̚ ̬̌̚п̬еделе̛̦е ̦̌ к̌п̛ля̬е̦ ̬ˁО2 п̛̬ п̶̛̌е̦т̛ ̭ ʥʤˈ ;че̬̏е̛̦ 
коло̛̦Ϳ ̛ ʥˈ п̛̬ ̭ъ̬деч̦̌ ̦едо̭т̌тъч̦о̭т  ̭ъ̭ ̭ъ̵̬̦̌е̦̌ ˇИ ;̚еле̛̦ коло̛̦Ϳ 

Olsson et al. Respiratory Research (2015) 16-34  



̬ОϮ ̦е е п̬о̦̐о̭т̸̛е̦ ̥̬̌ке̬ п̛̬ п̶̛̌е̦т̛те ̭ ʥʤˈ 

PaO2 <  8.97 kPa. 

PaO2 > 8.97 kPa 

M.M. Hoeper, Prognostic value of blood gas analyses in patients with idiopathic pulmonary arterial hypertension, Eur Respir J 2007; 29: 944–950    



̬ˁОϮ е ̛̭ле̦ п̬о̦̐о̭т̸̛е̦ ̥̬̌ке̬ ̌̚ п̶̛̌е̦т̛те ̭ ʥʤˈ 

M.M. Hoeper, Prognostic value of blood gas analyses in patients with idiopathic pulmonary arterial hypertension, Eur Respir J 2007; 29: 944–950    

PaCO2 > 4.25kPa;  

PaCO2 < 4.25kPa;  



ʥелод̬о̛̦̍ ̴у̦к̶̛о̦̌л̛̦ те̭то̏е 

ˁп̛̬о̥ет̛̬́- ̛̭̦̍̌̌̚ о̶е̦к̌ ̦̌ ̍елод̬о̦̍̌т̌ 

̴у̦ќ̶̛ ̛̥̚е̬̺̏̌̌ ̍елод̬о̛̦̍ о̍е̛̥ ̛ де̛̍т̛ 

ʪ̴̛у̛̚о̦е̦ к̌п̶̛̌тет- ̛̭̦̍̌̌̚ о̶е̦к̌ ̦̌ 

̍елод̬о̦̍̌ ̴у̦ќ̶̛, ̛̥̚е̬̺̏̌̌ п̬о̛̦к̦̏̌ето ̦̌ 

̌л̏еол̛̬̦̌те ̐̌̚о̏е п̬е̚ ̌л̏еоло-к̌п̛л̬̦́̌т̌ 

̥е̥̬̦̍̌̌ 

ˇу̦к̶̛о̦̌л̛̦ те̭то̏е ̭ ̦̌то̬̦̏̌̏̌е 

 Fields tests :  6MWT, shuttle walk test, stairs 

climbing tests 

 Laboratory tests - CPET 



К̬̌д̛о̬е̭п̛̬̌то̬е̦ ̭т̬е̭-те̭т (CPET) 

п̬̥̌̌ет̻̬ кл̸̛̛̦̦о ̸̦̌̚е̛̦е 

Peak VO2 От̬̌́̏̌̚ те̙е̭тт̌  ̦̌ ̌̍̚ол̦́̏̌ето п̛̬ 
̛̹̬ок ̭пект̻̬ ̌̍̚ол̛̦́̏̌́- ̭̻̬де̸̛̦ 
̍елод̬о̛̦̍ 

˄̛̦̏е̬̭̌ле̦ п̬о̦̐о̭т̸̛е̦ ̥̬̌ке̬ 

ʤ̦̌е̬о̍е̦ п̬̌̐ От̬̌́̏̌̚ толе̬̦̭̌̌ к̻̥ ̦̌то̬̦̏̌̏̌е ̏ 
̌е̬о̛̦̍ у̭ло̛̏́ 

ʦе̦т̛л̌то̬е̦ 
ек̛̏̏̌ле̦т ̌̚ 
ˁО2 

От̬̌́̏̌̚ ̭̻от̏ет̭т̛̏ето ̦̌ ̏е̦т̛л̶̛̌́ ̛ 
пе̴̬у̛́̚ 

ʦе̦т̛л̌то̬е̦ 
ек̛̏̏̌ле̦т ̌̚ 
О2  

От̬̌́̏̌̚ ̏е̦т̛л̌то̬̦ото у̛̭л̛е  ̌̚ 
по̭т̛̦̐̌е ̦̌ оп̬еделе̦̌ к̛̭ло̬од̦̌ 
ко̦̭у̶̛̥̌́ 

PETCO2 ̏ поко̜ 
̛ п̛̬ 
̦̌то̬̦̏̌̏̌е 

От̬̌́̏̌̚ ̏е̦т̛л̶̛̌о̦̦о- пе̴̬у̛̚о̛̦̦те 
̛̥̏̌̚оот̦о̹е̛̦́ ̛ те̙е̭тт̌ ̦̌ 
̌̍̚ол̛̦́̏̌́т̌ 

ʦе̦т̛л̌то̬е̦ 
̬е̚е̬̏ 

 ʪе̴̛̛̦̬̌ ̌̚ду̵ от ̍елод̬о̍е̦ п̬о̵̛̚од 

пул̭ ʻе̛̛̦̏̌̏̚е̦ ̥̬̌ке̬ ̌̚ уд̛̬̦̌́ о̍е̥





ˁ̻д̛̻̬̙̦̌е 

• К̌к̏о ̦̌̚е̥ ̌̚  п̌то̐е̦е̌̚т̌ ̦̌ ̍елод̬о̦̍̌т̌ ̵̛пе̬то̛̦́ п̛̬ 
̵̬о̸̛̛̦̦ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

• Ко̛ ̭̌ о̭̦о̛̦̏те ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́, ̛̭̻̬̦̏̌̚ ̭ ʥˈ 

• К̌к ̭е ̭т̬̌т̴̶̛̛̛̬̌ те̙е̭тт̌ ̦̌ ʥˈ п̛̬ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 
̛ к̌к̏̌ е ̦е̜̦̌т̌ п̬о̦̐о̌̚ 

• Ко̛ ̭̌ о̭̦о̛̦̏те д̛̦̌̐о̭т̸̛̛̦ ̥етод̛ ̦̌ пул̥оло̐̌ ̌̚ о̶е̦к̌ 
̦̌ ̍елод̬о̦̍̌т̌ ̵̛пе̬то̛̦́ 

• К̌к̏о е ле̸е̛̦ето ̦̌ ʥˈ п̛̬ ̵̬о̸̛̛̦̦ ̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́ 

 

 

 



Ле̸е̛̦е 

На̜- ̭̻̺е̭т̏е̛̦те ̭т̻пк̛ ̏ лече̛̦ето ̭а: 

• ʪ̌ ̭е опт̛̛̛̥̬̌̚  ле̸е̛̦ето ̦̌ о̭̦о̦̏ото ̌̍̚ол̦́̏̌е 

• ʪ̌ ̭е ̛̚кл̸̀̌т ̛л̛ леку̏̌т ко̥о̛̬̍д̛̦те ̌̍̚ол̛̦́̏̌́ 

• К̛̭ло̬ододе̬̌п̛́  

• ʦ кл̸̛̛̛̦̦ п̬оу̸̛̦̏̌́ ̦е е док̦̌̌̚ е̴ект̌ п̛̬ ʥˈ, ̭̻̬̦̏̌̌̚ ̭ 

̍елод̬о̛̦̍ ̌̍̚ол̛̦́̏̌́, ̦о ̏ кл̸̛̛̦̦̌т̌ п̬̌кт̛к̌ – ̛̭л̦о подо̬̍́̏̌ 

к̸̌е̭т̏ото ̛ п̬од̻л̛̙тел̦о̭тт̌ ̦̌ ̛̙̏от̌ п̛̬ ̍ол̛̦те ̭ ̵̬о̸̛̛̦̦ 

̍елод̬о̛̦̍ ̍оле̭т̛ ̛ ʪʻ 

• ʥелод̬о̦̍̌ ̬е̵̛̌̍л̛т̶̛̌́ 



˃̬̌̐ет̦̌ те̬̌п̛́ 



ˈОʥʥ- Sildenafil 

 

Sildenafil  ̦е ̭лед̏̌ д̌ ̭е п̬епо̸̬̻̏̌ ̌̚ подо̬̍е̛̦е ̦̌ ̴̛̚. 

К̌п̶̛̌тет п̛̬ п̶̛̌е̦т̛ ̭ ̦̌п̬ед̦̌л̌ ˈОʥʥ ̛ лек̌ до у̥е̬е̦̌  ʥˈ 

Blanco I, Sildenafil to improve respiratory rehabilitation outcomes in COPD: a controlled trial. Eur Respir J 2013; 



ˈОʥʥ- Sildenafil 

 ˀут̛̦̦ото п̛̬ло̙е̛̦е ̦̌ sildenafil ̦̥́̌ ̍л̌̐оп̛̬́те̦ е̴ект 

̵̻̬̏у ̴̸̛̛̚е̭к̛ к̌п̶̛̌тет п̛̬ п̶̛̌е̦т̛ ̭ ˈОʥʥ ̛ е̴̛̥̚е̥ 

 Sildenafil ̴̛̛̛̭̦̐к̦̌т̦о ̏ло̹̌̏̌ ̐̌̚оо̥̍е̦̌ ̏ поко̜ ̛ 

к̸̌е̭т̏ото ̦̌ ̛̙̏от 

 Lederer DJ, Bartels MN, Sildenafil for chronic obstructive pulmonary disease: a randomized crossover trial. COPD 2012 



ˈОʥʥ- bosentan  

• ʦ ̭̬̦̌̏е̛̦е ̭ ʿл̶̌е̍о, п̶̛̌е̦т̛, леу̛̦̏̌ ̭ bosentan ϭϮ ̭ед̶̛̛̥ 

̦̥́̌т подо̬̍е̛̦е ̦̌ ̴̸̛̛̚е̭ќ̛ к̌п̶̛̌тет, ̛̥̚е̬е̦ ̭ 6MWT, 

̍елод̬о̦̍̌т̌ ̴у̦ќ̶̛, ̍елод̬о̦̍ото ̦̌л̦́̐̌е VO2max 

• О̬̍̌т̦о- от̸̛т̌ ̭е ̛̭̦̙е̛̦е  ̦̌ ̬ОϮ ̛ ̏ло̹е̦о к̸̌е̭т̏о ̦̌ 

̛̙̏от 

Stolz D,. A randomised, controlled trial of bosentan in severe COPD. Eur Respir J 2008;32:619–628 



ʺед̛к̥̌е̦т  ʿ̬оу̸̦̏̌е  

ʥо̚е̦т̦̌ –Tracleer 

Macitentan  

ʤ̛̥̍̚е̦т̦̌- Volibris 

ˁ̛лде̴̛̦̌л- Revacio 

BUILD-1,2,3 

MUSIC 

ARTEMIS-IPF 

STEP-IPF 

ʰʥˇ- ʫ̦дотел̛̦-̬е̶епто̛̬̦ ̦̌т̌̐о̛̦̭т̛ 
̛ ̏̌̚од̛л̌т̌то̛̬ 

 

Л̛п̭̌ ̦̌ е̴ект  
̛л̛ ̦е̐̌т̛̏е̦ е̴ект 



Кл̸̛̛̦е̦ ̭лу̸̜̌ 

• ʺ̻̙ ̦̌ 49 ̐од̛̛̦ 

• От дет̭т̏ото- ̸е̭т̛ 
̬е̭п̛̬̌то̛̬̦ ̴̛̦ек̶̛̛, 
по̭лед̛̦̏̌ от кл̸̛̛̦̦̌ 
̬е̛̛̥̭́ до п̬ед̛ 6-7 ̐од̛̛̦ 

• От то̐̌̏̌- от̦о̏о ̸е̭т̛ 
̴̛̦ек̶̛̛ 

• ʯ̌ду̵ ̛ ле̭̦̌ у̥о̬́е̥о̭т 

• Ото̶̛ по дол̛̦ к̶̛̛̬̜̦̌ от 
̦́колко ̥е̭е̶̌ 



ʤ̬те̛̬̌л̛̦ к̛̬̻̦̏ ̐̌̚о̏е 

ʻ̌ ̌т̥о̴̭е̬е̦ ̻̏̚ду̵ 

• ̬ʻ  7,45 

• ̬ˁОϮ 46mmHg 

• ̬ОϮ  40 mmHg 

• ʻˁОϯ 32mmol/l 

• SatO2 78% 

ʻ̌ ОϮ- ϰл/̛̥̦ 

• ̬ʻ  7,45 

• ̬ˁОϮ 46mmHg 

• ̬ОϮ  56 mmHg 

• ʻˁОϯ 32 mmol/l 

• SatO2 90% 

 



Л̌̍о̬̌то̛̬̦ ̛̭̚лед̛̦̏̌́ 

Hbs Ag(+) от ϭϬ ̐од̛̛̦ 

ʤˁʤ˃   30 

ʤЛʤ˃   21 

О̺̍ ̛̍л̛̬у̛̦̍ ϱϴ ̥к̥ол/л 

ʪ̛̬екте̦  ϯϯ ̥к̥ол/л 

 

О̺̍ ̍елт̻к  ϲϳ ̐/л 

ʤл̍   Ϯϳ ̐/л 

ˈʫ   3411 

 



ʪ̭̦́̌ ̭̻̬де̸̦̌ к̌тете̶̛̛̬̌́̚ 

ʦ  ʿоко̜ 

ʪʿ 26/26/24 

ʪК 65/0/ 18 

ʤʿ 65/24/15 

Лʿ ʥˁˁ- 832 dyn-cm/s-m2 

ЛК 86/7/16 

ʤо 130/80 



ʥˈ п̛̬ ̬̍о̵̛̦ект̦̌̌̚ ̍оле̭т ̛л̛ ˀоˀН 

От̐о̏о̬: 

БХ пр̛ ̍ронх̛ект̛̛̌̚: 

ʤ̬̐у̥е̦т̶̛̌́: 

ϭͿˈе̥од̛̛̦̥̌к̌т̌ ̦̌ л́̏̌ к̥̌е̬̌ ̦е от̐о̬̏̌́ ̦̌ ˀоˀʻ 

ϮͿʫ̵о̴̛̬̐̌́  ̛ ̴̛̬̍о̭ке̦ ̦̌ ̸е̬е̦ д̬о̍:  

̛̦̭̬̌̏̌̌л̌ ̶е̦т̛̬по̬т̌л̦̌ ̴̛̬̍о̌̚ 

ˁ̻̭ ̭ко̬ ϳϱкˀ̌, ̍е̚ по̬т̌л̦̌ ̵̛пе̬то̛̦́,  

к̌кто п̛̬ к̬̌д̸̛̦̌̌ ̶̛̬о̌̚ 



ʪ̌ ̛̥̭л̛̥ ̛ ̬е̹̥̌̏̌е ̭̻д̍̌т̌ ̦̌ ̍ол̛̦те ̌̚ед̦о 


